A case of non-specific aortitis with cardiac involvement presenting as severe mitral stenosis and aortic regurgitation is described, together with the evidence for this diagnosis.
A case of non-specific aortitis with cardiac involvement presenting as severe mitral stenosis and aortic regurgitation is described, together with the evidence for this diagnosis.
Aortitis as a cause of aortic regurgitation is well recognized. It is unusual to see these lesions combined with mitral stenosis. The following case is reported and considered in relation to the literature.
CASE REPORT
The patient, a 36-year-old woman from Saudi Arabia, spoke no English but, through an interpreter, the following history was obtained.
Ten years previously she had had an episode of pain in the left elbow and knee but was said to be afebrile. Following this she had had recurrent attacks of breathlessness and palpitations.
Three years ago she was investigated, including a full cardiac study at Beirut. The results of these tests were not available before operation. We later learned that she had had the signs of mitral stenosis and that her blood pressure had varied between 220/0 and 180/20 mm. Hg. A block in the left subclavian artery had been demonstrated at aortography. Her sedimentation rate was 95 m,m./hr and the white blood cell count 14,000/cu. mm., of which 81% were neutrophils, 17% lymphocytes, and 2% monocytes. Over the past three years she had complained of increasing breathlessness on exertion, associated with palpitations and, more recently, chest pain. Two months previously, while on a pilgrimage to Mecca, she became acutely ill and was admitted to hospital. In the past few weeks she had had attacks of nocturnal dyspnoea. There was no history of embolic episodes or arterial insufficiency in the limbs. (Figs 1 and 2) showed an enlarged left atrium with a prominent appendage, left ventricle, and pulmonary artery. The upper lobe veins were prominent and septal lines were present. The thoracic spine appeared normal. The electrocardiogram (Fig. 3) showed sinus rhythm, left axis deviation, left atrial hypertrophy and left ventricular hypertrophy.
The haemoglobin was 82% and white cells 10,000/ cu. mm., of which 51% were neutrophils, 26% lymphocytes, and 15% eosinophils. The sedimentation rate was 50 mm./hour. The Wassermann reaction, Price precipitation reaction, Reiter's precipitin complement fixation, and Treponema immobilization tests were all negative, as was the Paul-Bunnell and Salmonella and Brucella antibody tests. The electrolytes were normal, the blood urea 33 mg./ 100 ml., and examination of the urine was normal.
The patient clearly had severe mitral stenosis and aortic regurgitation, but the changes in the peripheral pulses were unexplained. At the time, the most likely cause was thought to be peripheral embolization.
PROGRESS Four days after admission she had a severe attack of pulmonary oedema which required intensive therapy. Her condition at this stage was too poor to justify further cardiac studies and it was decided to attempt to relieve her critical mitral stenosis as soon as possible, and at the same time to replace her aortic valve. On opening the pericardium, the ascending aorta was found to be enlarged and grossly thickened. It was adherent to the surrounding structures and compressed the pulmonary artery and the superior vena cava. The local conditions appeared unfavourable for replacement of the aortic valve. At this stage her general condition, which had never been good, deteriorated further and cardiac massage was needed to support the circulation. While a closed mitral valvotomy was being done, ventricular fibrillation developed, and normal rhythm could not be restored. Before the valvotomy, the valve orifice was assessed at 1-5cm. x Icm.
NECROPSY
Heart There was marked left ventricular hypertrophy (Fig. 4) . The mitral valve cusps were thickened and opaque. The chordae were normal. There was no stenosis at this time. The tricuspid valve was normal.
The pulmonary valve was normal. The aortic valve cusps were thickened and opaque. There was no calcification. The aortic ring was dilated, and there was aneurysmal dilatation of the ascending aorta. The ral chest radiograph.
intima was smooth and white in appearance. The Occasional foci of necrosis in this zone extended through the media into the intima. The media was thinned due to destruction of its outer part. The intima was thickened and deposits of platelet thrombus were seen on its surface. The collagenous thickening of the aortic root could be seen to extend in to the aortic valve cusps and was continuous with the scarring in the mitral valve (Fig. 6) .
A bdominal aorta The changes were similar to those of the thoracic aorta but with even more destruction of the media.
Left subclavian artery (Fig. 7) This showed a thick mantle of acellular collagen and thinning of the media. The intima was also thickened.
Heart The myocardium was normal. There were no Aschoff bodies. if, collagenous thickening, but no active inflammatory process was seen. The coronary arteries were normal.
Lungs There was an excess of eosinophils in the bronchial walls. The bronchial vessels were normal.
There was mild parenchymal congestion.
Spleen A number of plasma cells were scattered through the pulp. There was also an excess of eosinophils. There was moderate general congestion.
Kidneys The kidneys, including the renal artery,^# were normal.
FIG. 5. Aortic arch x 10. This shows moderate intimal CONCLUSION The vascular changes, which were con-thickening, thinning of the media, and gross adventitial fined to the aorta and its major branches, were those thickening. A pale staining band of granulation tissue is of non-specific aortitis. They were in continuity with sandwiched between the dark band of the media and the the changes in the aortic and mitral valves.
dense collagenous tissue of the adventitia.
I 115 _~~~~~-group.bmj.com on June 26, 2017 -Published by http://thorax.bmj.com/ Downloaded from been found. These include cases in which the aortitis has been associated with a recognized disease process itself of unknown aetiology, e.g., rheumatoid arthritis (Heggtveit, Hennigar, and Morrione, 1963; Clark, Kulka, and Bauer, 1957) , ankylosing spondylitis (Crow, 1960) , and disseminated lupus erythematosus (Miller, Thomas, and Medd, 1962) . When aortic inflammation has been found with no evidence of other disease, the term 'non-specific' aortitis has been used. We believe our case to belong in the latter group.
Cardiac involvement has been reported in association with non-specific aortitis. McGuire, Scott, and Gall (1958) described five cases with aortic regurgitation, and in two of these there was slight thickening of the mitral valve with shortening of the chordae tendineae found at necropsy. Schrire and Asherson (1964) reported 18 cases of aortitis seen in a cardiac clinic over 11 years and found cardiac involvement in eight of them. They stated that the heart might be affected by (1) aortic valve involvement, (2) coronary artery involvement, (3) hypertension secondary to renal artery disease, and (4) (Giffin, 1939) , pulseless disease (Shimizu and Sano, 1951 ), Takayashu's disease (Caccamise and Whitman, 1952) , subisthmic coarctation (Morris, De Bakey, Cooley, and Crawford, 1960) , stenosing aortitis (Sen, Kinare, Kulkarni, and Parulkar, 1962) , middle aortic syndrome (Sen, Kinare, Engineer, and Parulkar, 1963) , and central aortitis (Asherson and Gordon, 1964 cardiac muscle. Six of their patients had aortic valve disease and three also had mitral regurgitation secondary to ventricular dilatation. None had mitral stenosis.
In our case, the presenting condition was critical mitral stenosis. Clinically, this might have been of rheumatic origin in that she had had a febrile illness with joint pains 10 years before. There was no histological support for this as a separate diagnosis and the appearance of the chordae was against it (Fig. 4) . We believe that the mitral stenosis was due to the same inflammatory process seen in the aorta and aortic valve cusps, the fibrosis in all three areas being in continuity (Fig. 6) . Ansell, Bywaters, and Doniach (1958) (Sandring and Welin, 1961) .
In many respects this case resembles other cases of non-specific aortitis. These include the fact that the patient was a young woman at the onset of the disease and that she had a raised E.S.R., a moderate leucocytosis, and a mild anaemia. In addition, she had eosinophilia in the peripheral blood, spleen, and bronchial muscles. While this may be unconnected with the aortitis, it remains of interest while so little is known of the aetiology of this disease. 
